Abstract A 36 year old man developed slowly progressive unilateral visual loss due to a cystic lesion of the intraorbital optic nerve. Pathologically the lesion was an epithelium lined cyst entirely within the atrophic nerve. The cyst lining consisted of columnar epithelium partly pseudostratified and ciliated with evidence of mucin secretion, and was immunoactive for cytokeratin but not glial fibrillary acidic protein. This lesion is considered to be similar to neuroenteric cysts that have been reported elsewhere in the nervous system, and the immunocytochemical results are consistent with a heterotopia derived from the primitive ectoderm of the stomatodeum. Cystic lesions of the optic nerve are rare. They can occur in association with gliomas or meningiomas, from extension of a craniopharyngioma or from the arachnoid. A variety of cysts with an epithelial lining have been described in the nervous system in many locations1 2 4 6 7 12 18-20 24 25 but there has been only one report of a cyst of this type in the optic nerve.10 The classification of these cysts, and hypotheses about their origin have depended on their histology and their location. This case is of an epithelial cyst within the optic nerve. The cyst was removed in its entirety, extensively studied histologically and characterised by immunocytochemical staining.
Cystic lesions of the optic nerve are rare. They can occur in association with gliomas or meningiomas, from extension of a craniopharyngioma or from the arachnoid. A variety of cysts with an epithelial lining have been described in the nervous system in many locations1 2 4 6 7 12 18-20 24 25 but there has been only one report of a cyst of this type in the optic nerve.10 The classification of these cysts, and hypotheses about their origin have depended on their histology and their location. This case is of an epithelial cyst within the optic nerve. The cyst was removed in its entirety, extensively studied histologically and characterised by immunocytochemical staining. 1) showed a well defined intrinsic mass enlarging the posterior intraorbital portion of the optic nerve which was felt to represent either a glioma or meningioma. T1 weighted MRI scans confirmed this. An orbito-cranial exploration was performed and the optic nerve inspected. The posterior orbital optic nerve was distended and cystic, partly extending into the optic canal and, on incision, a milky fluid was released. The affected optic nerve was totally excised leaving the dura intact. Postoperatively the patient recovered uneventfully.
Pathological examination
The surgical specimen consisted of 2 cm of optic nerve measuring 2-5 mm in diameter. This appeared normal, presumably due to decompression of the intraneural cyst at surgery, and the gross appearance was unremarkable. The tissue was embedded in paraffin and transverse and longitudinal sections were stained with routine methods. 21 22-24 The pathological features of the cyst in this report fit the general pattern. The possible origin of such cystic lesions has been variously attributed in relationship to the particular location in which each occurs. It has been suggested that they are trapped embryonic remnants-thus enteric remnants in the spinal cord,5 ependymal remnants in the forebrain4 5 15 20 and stomodeal remnants in the hypophysis.2 18 25 Results from a retrospective unpublished study of 7 "neurenteric cysts" of the spinal cord and posterior fossa and 3 hemispheric colloid cysts indicate a pattern of staining similar to that seen in the present lesion, that is, reactivity for either cytokeratin or EMA, and uniform absence of GFAP. '6 Immunocytochemical staining was performed with this question in mind. The cyst epithelium in the present case was nonreactive for GFAP, which is difficult to reconcile with a trapped remnant of the ependymal lining; furthermore, the reactivity for CAM 5.2 suggests a relationship to an endodermal epithelium, although the reactivity of ependyma with this marker has not been fully explored. 1 It is clear that in our case there are significant differences between cells derived from the ependyma and the lining of the cyst. The question remains whether or not these can be explained by the degree of maturation and influence of the surrounding tissues or whether the origin of the cells in this case comes from ectopic stomatodeum of Rathke's pouch. Whilst the epithelial characteristics of the cyst would certainly be compatible with an endodermal origin, the method of origin within the optic nerve remains to be explained.
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